*To the Editor:* We report a 27-year-old woman with a 2-month history of irregular uterine bleeding between periods. Blistering on the head was noted in the patient at the age of 2 months, and she gradually developed red maculopapular lesions over her neck and back during puberty, which were itchy after exposure to physical friction. On admission, physical examination had revealed diffuse faint maculopapular rash mainly on the neck and back \[Figure [1](#F1){ref-type="fig"}\]. Pelvic examination showed a smooth red lump (5 cm) on the cervix. No abnormality was detected in the complete blood count. Afterwards, the cervical lump was resected and confirmed to be the infiltration of mature mast cells (MCs) after careful pathological investigation. Additionally, a skin nodule biopsy also indicated mass aggregation of MCs, and a bone marrow (BM) biopsy showed a mass of round MCs with abundant cytoplasmic granules. The MCs accounted for about 22.5% of all cells in the aspirate smears. Flow cytometry immunophenotypic analysis on BM suggested that an aberrant MC population had represented 10% of the total analyzed cells, which was positive for CD117, CD33, and CD9, partially positive for CD2 and CD68, and negative for CD25. Genetic test through exome-wide sequencing for the receptor tyrosine kinase (*KIT*) gene had revealed K509I mutation.

![Urticaria pigmentosa of the neck (A) before treatment (B) after treatment; Urticaria pigmentosa of the back (C) before treatment (D) after treatment.](cm9-132-2002-g001){#F1}

The patient was treated with imatinib mesylate at a dose of 100 mg daily for nearly 3 months and then 400 mg daily for another 3 months. Fortunately, the patient could attain complete remission in BM and the symptoms were dramatically improved.

Systemic mastocytosis (SM) represents a group of disorder characterized by the expansion and accumulation of neoplastic MCs in one or more organ systems,^\[[@R1]\]^ which frequently occurs in adults. In the World Health Organization (WHO) 2016 updated classification,^\[[@R2]\]^ SM is further classified into indolent SM, smoldering SM (SSM), SM with an associated clonal hematologic non-MC-lineage disease, aggressive SM (ASM), and MC leukemia. In 2004, Akin *et al*^\[[@R3]\]^ first reported a case of ASM associated with CD25^−^/CD2^−^ BM MCs that had normal morphology, along with a germline mutation (F522C) of *KIT*, and the patient showed dramatic response to imatinib. Since then, a few similar cases have been reported and this new disease variant is named well-differentiated SM (WDSM). Typically, sensitive response to tyrosine kinase inhibitor therapy is commonly seen among those patients with wild-type *KIT* or some molecular alterations of *KIT*.^\[[@R3]--[@R5]\]^

The clinical course and prognosis of SM are determined by the WHO-designated variant rather than the WD morphology of MCs. In our case, the patient was clearly diagnosed with smoldering SM-WDSM (SSM~WDSM~) based on her obvious symptoms and skin signs, mature MCs involvement in BM and uterus, as well as *KIT* K509I mutation. To the best of our knowledge, this is the first known case of WDSM in Asia and also the first report of well-differentiated MCs invasion of the uterus.
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